Introduction {#sec1}
============

Isolated congenital absence of the left atrial appendage (LAA) is a rare condition. The diagnosis results from a review of the past medical and surgical history in addition to the use of multimodality imaging, as several other conditions (thrombotic occlusion, surgical or percutaneous exclusion, variations in morphology and relative position of anatomic structures) may present with a similar finding.

Case report {#sec2}
===========

A 62-year-old woman with a history of obesity, hypertension, and symptomatic persistent atrial fibrillation for which she was treated with chronic oral anticoagulation elected to undergo catheter ablation. A preprocedural cardiac computed tomography showed a single left-sided and 2 right-sided pulmonary veins, no intracardiac thrombus, and no evidence of an LAA. Given no history of a prior cardiac procedure or surgery, absence of the LAA was presumed to be congenital. Transesophageal echocardiography and 3-dimensional computed tomography reconstruction of the left atrium in an electroanatomic mapping system (CARTO, Biosense Webster, Diamond Bar, CA) similarly demonstrated no LAA ([Figure 1A](#fig1){ref-type="fig"} and [B](#fig1){ref-type="fig"}). Her anatomy created no challenges for cryoballoon pulmonary vein isolation, which was successfully performed without complication.Figure 1**A:** Absence of the left atrial appendage (LAA) noted on 2-dimensional transesophageal echocardiography at an angle of 90 degrees. LA = left atrium; LV = left ventricle. **B:** Anterior view of a 3-dimensional computed tomography reconstruction of the left atrium rendered in an electroanatomic mapping system (CARTO, Biosense Webster).

Discussion {#sec3}
==========

The appendage, unlike the pulmonary veins and posterior left atrium, derives from the primitive atrium, a structure that develops into a basal mesodermal layer, endocardial trabeculae, and pectinate muscles. The LAA accounts for ∼90% of intracardiac thrombi associated with nonvalvular atrial fibrillation.[@bib1] Given data demonstrating that occlusion of the LAA serves as a safe, alternative means of reduction of cardioembolic stroke risk when compared to warfarin,[@bib2], [@bib3] it is plausible that congenital absence of the LAA conveys a similar naturally occurring risk reduction. However, it is unlikely that this will ever be meaningfully examined, given the rarity of the condition, with only a few reports of isolated congenital absence of the LAA noted in literature.[@bib4], [@bib5]Key Teaching Points•Isolated congenital absence of the left atrial appendage is a rare condition.•The diagnosis is best made after a comprehensive review of a patient's past medical and surgical history in addition to use of multimodality imaging, as other conditions (thrombotic occlusion, surgical or percutaneous exclusion, variations in morphology and relative position of anatomic structures) may present with a similar finding.•It is plausible, although not known, that among patients with nonvalvular atrial fibrillation those with isolated congenital absence of the left atrial appendage may have a naturally occurring decreased risk for cardioembolic stroke.
